Single fiber electromyography in the differential diagnosis of myopathic limb girdle syndromes and chronic spinal muscular atrophy.
Single fiber electromyography ( SFEMG ) of the extensor digitorum communis muscle was performed on 20 patients with either myopathic limb girdle syndromes ( LGS ) or chronic spinal muscular atrophy ( CSMA ) to assess its value in the differential diagnosis of these disorders. Neurologic examinations (muscle biopsies, standard electromyography, or both) were reviewed in 16 patients and resulted in diagnosing LGS in 11 patients and CSMA in 5 patients. In four patients, discordance between EMG and biopsy, or mixed features of myopathy and neuropathy in either test, resulted in an indeterminate diagnosis. Two groups were discerned from SFEMG , one with higher fiber density, jitter, and percentage of abnormal pairs consistent with neuropathy and another with lower values consistent with myopathy. In all 16 patients, SFEMG confirmed the initial diagnosis, and in the four patients with indeterminate diagnoses, SFEMG suggested diagnoses of LGS in two patients and CSMA in two patients. Single fiber electromyography may be a useful diagnostic aid in the differential diagnosis of myopathic LGS and CSMA .